We describe a family in which seven members in three generations were affected with a rare spinal neurofibromatosis. The affected adults showed, at the ages of 32, 37, 38, and 61, respectively, multiple spinal neurofibromas symmetrically affecting all spinal roots. Two patients were operated on for histopathologically proven cervical spinal neurofibromas. All patients had cafe au lait spots, one had several freckles in the axillary area, and two had possible dermal neurofibromas, but iris Lisch nodules were not present. Other signs of neurofibromatosis types 1 and 2 were absent. A linkige study of the family suggested close linkage to the NF1 locus and excluded it from the NF2 locus. The DNA analysis of histopathologically verified spinal neurofibromas in two patients showed no evidence of LOH at 17ql1.2.
bromas on both sides and at all levels of the cervical spine, with large tumours at C1/2, especially on the left side and in the C5/6 region, but the largest tumour was at C6/7, where extramedullary neurofibromas were growing from both sides into the spinal canal ( fig 2) and compressing the cord. The C6/7 tumour was located at the same place where she had previously been operated upon. In the thoracic spine, she was found to have a few small extramedullary tumours. In addition, MRI showed multiple paraspinal neurofibromas on both sides and at all levels of the lumbar spine, with tumours growing into the spinal cord in the L3/4 region. MRI of patient II.3 showed several findings, especially in the spinal area ( fig 2) and she has been reoperated on to remove cervical tumours from the C5, C6, and C7 regions, totally or partially. The histopathological examination showed typical neurofibromas. The patient was shown to be heterozygous for intragenic polymorphic markers, but no evidence of LOH was observed in the two spinal neurofibromas studied.
The proband's other sister (11.2) is a 38 year old, healthy female, but suffers from mild pain and weakness of the upper extremities. Her clinical examination showed six small cafe au lait spots, slight macrocephaly, and some pigmented naevi of the iris. No cutaneous neurofibromas, freckles, iris Lisch nodules, or other NF findings were found. MRI examination of the brain was normal, but MRI of the entire spinal cord showed several tumours. In the cervical C6/7 and C7/T1 regions, she has extradural and extramedullary tumours compressing the cord on the left side. In the lumbar region, nerve sheaths appeared thicker than normal and there were several nerve sheath neurofibromas. The cervical tumours in the C7-C8 region were removed totally or partially. Histopathological examination showed typical plexiform neurofibromas. The patient was shown to be heterozygous for intragenic polymorphic markers, but no evidence of LOH was observed in the spinal plexiform neurofibroma studied. 
